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lMpobriema mykosucyudola sensemcsi akmyarnbHol u mpebyem u3sydeHus. B cmambe npusodum criyyali
cobcmeeHHO20 aymoriculiHoao HabmodeHus Mykogucyudosa, npousowedwezo 8 2. Xapbkos. Hecmompsi Ha
OmMHOCUMESIbHO HEBbICOKOU rpoueHm 3aboriegaemMocmu, Mykosucuudos ripedcmaesrissiem cepbE3Hyr Mnpo-
6nemy. 70 % mykosucyudo3a 8bISI8/IAOMCS 8 medYeHue nepebix 08yx f1iem Xu3HuU pebéHka. C eHeOpeHUeM
HeoHamarslibHO20 CKPUHUH2a 8PeMsl 8bIsI8/IEHUSI 3HAYUMENIbHO COKpamusoch. B uensix paHHel duazHocmu-
KU Mykosucyudos exodum e ripoepammy obcriedosaHusi HOBOPOXKOEHHbLIX Ha HacrIedCmMeEEHHbIE U 8POXKOEH-
Hble 3abornegaHusi. bonbwuHcmMeo demell C KITUHUYECKU 8bIPaXeHHbIM rpoueccom rioeubarom Ha nepeom
200y XKU3HU, a ebbkuguwUue ocmaromcs uHeanudamu u 8 Haweli cmpaHe Yyacmo He doxugarom 0o 30 nem.

KntoyeBble cnosa: MyKOBUCUMAO03, Cpl/l6p03 I'IO,U,)KGJ'ly,U,O"IHOVI Xenesbl, NOMUKNUCTO3 Nerknx, KUCTO3HbIN Cpl/l6p03.

HaHHas paboma siensiemcsi ppaemeHmom HUP «Brinue mamepuHCbKO-nnodoeoi iHgekyii Ha embpioceHe3 ma ¢pemozeHe3 Haujaokig
(kniHiko-mopgbonoeidHe docnioxeHHs)», Ne 2oc. peeucmpauyuu 0115U000987.

BBeneHune

MykoBMCUMAO3 — HacneacTBEHHOE CUCTEMHOE
3abonesaHne, KoTopoe 0OyCcnoBneHo MyTauuen
reHa TpaHcMeMOpaHHOro perynstopa MyKOBWUCLU-
0032 W XapaKkTepusyeTcsi MOopaXeHWeM >Kenés
BHELLUHEN CEKPeLMM U BbIPaKEHHbIMU HapyLLUEHUSI-
MU PYHKLMIA OpraHoB AbIXaHusi.

B ocHoBe 3aboneBaHus NexuT MyTauus B reHe
CFTR, KoTOpbI NoOKan13oBaH B cepeanHe nNHHO-
ro nneya 7-on xpomocoms! [2]. MykoBMCUMAO3 Ha-
crnegyeTcsi Mo ayTOCOMHO-PELIECCUBHOMY TUMy W
peructpypyetcs B OonblUMHCTBE CcTpaH EBponsbl.
YacTtoTa BcTpeyaemoctn B mupe 1:2000 — 1:2500
cpean HoBopoOXaeHHbIX. Ecnn oba poautensa se-
NSATCS HOCUTENSIMU MyTUPOBABLLIETO FeHa, TO PUCK
poxaeHua 6onbHoro pebéHka coctasnseTr 25 %.
Hocutenu tonbko ogHoro AedekTHOro reHa He 3a-
6onesatoT. 1o gaHHBIM UccnegoBaHMA YacToTa re-
TEPO3UrOTHOrO HOCUTENbCTBA reHa paBHa 2-5 %
[1].

O6HapyxeHo 6nusko 2000 myTaumi reHa MyKo-
BMcUMao3a. MyTauusa nposiBnseTcs HapylleHuem
CTPYKTYpbI U byHKUMM Berka, KOTOpbIA Ha3blBaeTcs
MYKOBUCLMOO3HLIN TpaHCMeMOpaHHbIA  perynaTop
npoeoanmocTu. [MpoucxogouT CryweHne cekpeToB
)Kernes BHELLHEeW ceKkpeuun, 3aTpydHeHWe 3SBakya-
LN CekpeTa U M3MEHEHNE ero U3MKO-XMMUHECKNX
CBOWNCTB, 4YTO 0OYCNOBMAMBAET KMUHUYECKYD KapTu-
Hy. VIameHeHns B nogpkenygovHoOn >kenese, opra-
Hax AblXaHWusl, Xenygo4yHO-KNLLEYHOM TpakTe obHa-
PY>XMBAKOTCS Yke BO BHYTPUYTPOOHOM nepuoge u ¢
BO3pacToM GonbHOro HapacrtatT. BeigeneHve Bas-
KOro CeKpeTa 9K3OKPUHHbLIMU kenesamu 3aTpynHsi-
eT OTTOK W NPUBOAMWT K 3aCTOK C paclUMpeHMEM
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BbIBOAHbIX MPOTOKOB >enes, aTpodunen TKaHu U
pa3sutMem ¢ubposa [3]. AKTUBHOCTb hepMEHTOB
KULLEYHMKa U NOMAXKENYAOYHOMN Kenesbl CHMKaEeTCS.
Kpome opmunpoBaHus ckreposa, UMeeT MeCTo
HapyLeHue dyHKumn cunbpobnactos [5]. Pnbpob-
nactbel BOMNbHbLIX MyKOBUCLMOO30M MNPOAYLUUPYIOT
uMnMapHbIi akTop, KOTOPbIN obnagaeT aHTMum-
NWapHOM aKkTUBHOCTbLIO [4].

MaTonornyeckme M3MeHeHUs B NErkux xapakre-
pU3YIOTCA MpU3HaKkaMm XpPOHUYECKOro BGpoHxXuTa C
pa3BUTMEM OPOHXO3KTa30B M AUPPY3HOro MHEB-
Mockneposa. B npocsBeTe GpoHXOB BA3KOe Crvau-
CTO-THOMHOE copepxumoe. YacTo obHapyxuBatoT-
CA aTenekTasbl U y4acTkMm 3amdusembl. Y MHOMMX
BOnbHbIX TeYeHue naToriorMyeckoro npouecca B
Nérknx OCMnoXHAEeTCA HacrnoeHneM HakTepuansHOn
NHdEKUMM 1 bopmMupoBaHUeM AeCTpyKLUum [6].

B nopxenynoyHon xenese ob6HapyxuBaeTcs
Anpady3Hbin hrbpos, yTonweHne MeXO0SbKOBbIX
COEONHUTENbHOTKAHHbLIX MPOCMOEK, KUCTbl MEenNKnX
N cpegHuX npoTokoB. Tawke ovaroBas unv auvd-
dy3Hasa xupoBas U GenkoBas AUCTPOUA KeTok
neyeHu, cTas B MEXAO0NbKOBbIX XXeNYHbIX MPOTOKaXx,
numorncTnoLumTapHble  MHUIbTpaTbl B  MeX-
OONbKOBbIX NPOCTpaHCcTBax, (pubpo3Hasa TpaHc-
dopmaLma n passutue umnpposa [7]. Hepegko my-
KOBMCLMAO3 coYeTaeTcs C pasnuvyHbIMU MOpoKamu
pasBUTUA XeNyao4HO-KULWEYHOro TpakTa [8].

PasnuyatoT cnegylowme KiMHuYeckme ¢opmbl
MyKOBUCLMO03a:

— NPenmyLLeCcTBEHHO nérovHas popma (pecnu-
paTtopHas, 6poHXOonNérovHas);

— NPENMyLLLECTBEHHO KuLIeYHas popma;

— cMelaHHasa dopma C 0OgHOBPEMEHHBLIM Mopa-
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XEHNEM XKenyLo4YHO-KULLIEYHOro TpakTa U opraHoB
OblXaHus;

— aTunnyHble KN cTepTble OopMbl (OTEYHO-
aHemuyeckas, umppoTtudeckas u np.) [7].

70 % MyKOBUCLMAO3a BLISBMASOTCA B TEYEHUe
nepBbiX OBYX NeT Xu3Hu pebéHka. C BHegpeHueMm
HeoHaTarnbHOr0 CKPUHUHIa BPEMS BbISBMEHUS 3Ha-
YUTENbHO cokpaTurocs [9].

B uenax paHHen AOWarHOCTMKU MYKOBMCLMOO03
BXOOMWT B nporpammy obcnenoBaHnsi HOBOPOXOEH-
HbIX Ha HacnefCTBeHHble U BpPOXAEHHble 3abone-
BaHu4 [8].

Insa nocrtaHoBkM AnarHo3a HeobxoouMmo Hanu-
yne YETbIPEX KPUTEPUEB: XPOHUYECKMIA BPOHXOMNE-
FOYHbIA NPOLECC M KULIEYHbIN CUHAPOM, Criyvyaum
MYKOBMUCLMA03a Y poaHbIX GpaTbeB M cecTtep, no-
NoXuTenbHble pesynbTaTtbl NOTOBOro Ttecta. Aduar-
HOCTUYECKMN OOCTOBEPHBIM KPUTEPUEM MYKOBUCLIM-
[03a ABnsieTcs coaepXaHme MoHOB xnopa Bhilwe 60
MMONb/N 1 HaTpmst — Bbiwe 70 mmonb/n. [Anga noa-
TBEPXKOAEHUS AMarHo3a TpebyeTcsa NoNoXUTENbHbLIN
TPEéXKpaTHbIN MOTOBLIN TECT C COAEpXKaHWeM XIlo-
pvaos nota Bbiwe 60 mmonb/n. BaxHoe 3HaveHue
B AMArHOCTMKE MYyKOBMCLMOO3a MMEET KOMpororu-
Yyeckoe uccrnegosaxue [1].

MporHo3 npu MykoBMCLMOO03E A0 HACTOSILLEro
BpeMeHM OcTaétca HebnaronpusaTHbIM. JleTanb-
HocTb cocTtaBnseT 50—60 %, cpean aeten paHHe-
ro Bospacta — Bbiwe. py No3gHen anarHocTuke n
HeaZekBaTHOW Tepanun NporHo3 MeHee Gnaronpwu-
ATHbIN. Bbonbluoe 3HadYeHne npuobpeTaeT MeankKo-
reHeTMYecKoe KOHCYNbTMPOBaHME CEMEW, B KOTO-
pbIX eCTb 60MbHbIE MYKOBUCLIMOO30M.

Kputepmnem kayectBa AMArHOCTUKU U NeYeHUs
MYKOBMUCLMAO03a SBNSETCA cpefHAs NpOAOIHKu-
TENbHOCTb XWU3HU BOnbHbIX. B eBponeickmx crpa-
Hax aToT nokasatenb gocturaet 40 neT, B KaHage
n CLLUA — 48 nert, a B Poccun — 22—29 nert [4].

CobcTBeHHble uccrnegoBaHus

[anee npuBoaumM cny4vanm HabnwgeHUs MyKo-
BMCLUMNO03a U3 COBCTBEHHOM NPaKTUKN.

AyToncusa ymepulero MyxyuHbl, 20 net. U3
aHaMHe3a M3BEeCTHO, YTo cuuTan cebs 6onbHbIM C
12 neTt, Korga GbiN yCTAHOBMEH AMarHO3 MYKOBWUC-
Lunao3, No gaHHOMy 3aboneBaHUIO ABMANCA MHBa-
nugom pgetctea. CocTosn Ha yyeTe B reHeTude-
ckoM UueHTpe. [lMonyyan cooTBETCTBYylOLLEE reye-
Hue. 28.04.2016r. nosiBUNUCbL >xanobbl Ha Bbipa-
XKEHHYI0 OAbIWKYy, NPUCTYNnoobpasHbIn Kallenb C
TPYAHOOTAENAEMON MOKPOTOM, YYBCTBO HEXBATKU
BO34yXa, rONIOBOKPYXEHME, B CBA3M C 4YemM Obin
JocTtasneH Gpuragon ckopoil nomowim B obnact-
HYIO KNMHUYeCKyto 6onbHuLy . XapbkoBa. B cBssm
C TSDKECTbO COCTOsIHMSA Obln rocnutann3npoBaH B
nAT.

Bo Bpems HaxoxaeHust 6onbHOro B ctaumMoHape
ObIno npoeefeHo ncecregosaHne. OH6BHEKTUBHO: CO-
CTOosAAHMEe OBOMbHOro TSXKEnoe, MOHWXKEHHOro nuTa-

HUS, KOXHble MOKPOBbI GrieaHble C cepbiM OTTEH-
koM. [bixaHne nosepxHocTHoe, YOO 40 B MUHYTY.
MMepKyTOpHO Hag NerkMMu NPUTYNNeHne nerovYHoro
3ByKa. AyCKynbTaTMBHO Haj Nerkumu ¢ AByX CTO-
POH BraXHble 3BYYHblE MemKony3blpyaTble XpuUnbl
Hag Bcel NOBEepXHOCTbIO nerkux. Jleas rpaHuua
cepgua B NaToMm Mexpebepbe Ha 1 CM KHapyxu oT
CpeOHeKIMIYNYHON NUHUKU. TOHbI cepaua npurny-
LIeHbl, AedTeNbHOCTb pUTMUYHadA, nynsc 114 yaa-
pos B MUHyTY. Ag 130/70 MM.pT.CT. B knnHn4eckom
aHanmse KpoBWU: NENKOUMUTO3 — 13,7x109 n, num-
douuntbl - 10%, MoHouUTbI - 1%, MuenounTbl -1%,
n/a — 25%, c/a - 55%, Tokcudeckas 3epHUCTOCTb —
3 y.eq. B 6uoxmmmyeckom aHanuse Kposu: oOLLmi
6enok - 68,1r/n, AINIT — 212,1ea/n, ACT — 263,0
en/n, odwmn 6unmpydmH — 10MKMonb/n, MoYeBUHa
— 6,1Mmonb/n, kanui — 5,93mmonb/n, xnop -—
94 5mmons/n, HaTpum — 132,3, rnwoko3a —
7,2mmons/n. Mo Y3WU: ynnoTtHeHne ctBopok MK c
MUTpanbHOW peryprutaumen 1-o CT, TpUKycnu-
AanbHasg peryprutauus 1-2 ct. [NprsHakm neroyHon
rmnepTeHsuny, renatomeranus. MNMpusHakn XpoHuye-
ckon Ancbdy3HOM NaToNnormm NapeHXmmbl NeYeHu.
Mpu3Hakm XpoHUYeckoro xoneumctuta. PeHTreHo-
rpacoma OlK: npusHakm OpoHxoakTatmdeckon 60-
nesnn. IKI: cuHycoBasa Taxukapgus. [Neperpyska
npasoro npegcepausa. OuddysHble n3MeHeHus
MUokapda. HecmoTpsa Ha npoBoAMMYO Tepanuio,
3.05.16r. HacTynuna 6uonoruyeckasi cCMepTb.

Ha aytoncuu: Tpyn MY>X4YWHbI, MOMOAOro BO3-
pacta, acTeHWYEeCKOro TenoCIoXeHUs, pPesko Mo-
HWXEHHOro nuTaHus. KoxHble MOKpoBbl U BUAUMbIE
cnu3ncTble 6neaHble, YncTble. NogKoXHO Xunpoas
Knetyatka B obnactu nepegHen rpyagHOW CTEHKM
TonwmHon 0,2 cMm, nepegHen GptowHon cteHkun 0,5
cM. neBpanbHble NonoctTn cBoboAdHbLI OT NaTorno-
MYecknX CKOMmeHunn n cpalleHuii. Nneepa ceposa-
TOro uBeTa, rnagkas, bnecrawas.

Cepaue YMepeHHO yBEnuM4eHO npenMyLLecT-
BEHHO 3a CYET npaBbIX OTAEenoB, macca ero 380rp.
MwuTpanbHbI KnanaH cnerka YTOMLWEH, XenToBa-
Tbin. B nonoctax cepaua ymMepeHHoe KOMNMM4ecTBO
CMeLLUEHHbIX MPEUMYLLLECTBEHHO KpPaCHbLIX CBEPTKOB
kpoBu. Muokapg 6ypoBaTblil, TOMLWMHOM B NPaBOM
xenynoyke 0,6 cm, B nesom 1,6 cm. NpoceeT Kopo-
HapHbIX apTepuin o4aroBO CyXXEH 3a cYeT eAunHUY-
HbIX aTepOCKINepoTUYECKUX Onswek, WMHTMMa WX
XenTtoBaTtas. HTMMa aopTbl xenToBaTas, rnagkas
C HeBONbLUMM KONMMYECTBOM aTepPOCKIEepOTUYECKMX
onswexk.

Cnuaucras ropTaHun Tpaxen n rmaBHbIX OPOHXOB
cepoBaTo-CUMHIOWHag, npoceeT csBobogeH. B npo-
cBeTe Tpaxeum W rnaBHbIX OPOHXOB CoOAepXMTCH
BonbLIoe KOMMYECTBO BA3KMX >KENToBaTbiX Macce
(puc. 1). OcrankeHble pa3BeTBNEHNA OPOHXOB Tak-
Xe cogepxaT nogobHble Macchl, UX MPOCBET C y4ya-
CTKaMu pesKoro paclmpeHus guametpom go 5,0
CM UMNUHAPUYECKOrO XapakTepa NPOTSKEHHOCTbIO
o1 1,5 o 4,0 cwm.
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Puc. 1. )Kenmosamo-3erneHogamsle 2HOUHbIe Macchl
8 npoceeme mpaxeu. Makponpenapam.

INerkne OG'béMHbIe, BO3AyLUHO-TECTOBATbIEe, TA-
XenoBeCHble C MHOXeCTBOM Yy4YacCTKOB YNJ1I0THEHUA
M MNOBbILLEHHON BO3QYLWIHOCTU Ha BCEM NpoTAXe-
HuW. Ha paspese napeHxvMmMa necTporo Buaa, kpac-
HOBATO-CMHIOLWLHaA C cepoBaTbiMX Yy4aCTkaMun B
ovarax ynnoTHeHud, C Hann4nem MHOXeCTBEeHHbIX
KUCTOBUAHDbIX I'IOJ'IOCTGVI, npenmMmyLiectBeHHO 3a-
MONHEHHbIX >XenToBaTbiMM Maccamu (puc. 2). B
npocBeTe JerovHbliX COCyaAoB XMAKaA KpPOBb U eé

Puc. 2. KpacHogamo-cuHoowHasi ¢ cepogambiMu y4acmkamu
rnapeHxuma fieekux ¢ Hanuqyuem MHOXeCmeeHHbIX KUCmoauo-
HbIX r1osiocmed, 3arnofIHEHHbIX XenmosambIMuU Maccamu.
Makponpenapam.

Cnusnucraa obonoyka nuLLEeBOAA CUHIOLIHAS,
npofdorbHO-cKnagyartas, cnerka oteyHa. B npocse-
Te xenyaka HebonblIOe KONMMYecTBO cnunseobpas-
HbIX Macc; Cru3ucTasl ckrnaguyarasi, ceposaTtas, C
HanmMumMeMm MENKNX MOBEPXHOCTHBbIX 3pOo3ui aua-
meTpoM Ao 0,1 cM, NpeMMyLLecTBEHHO No GonbLuen
KpuBusHe. Cnmsmctass TOHKOW M TOMCTOW KULLOK C
CUHIOLIHbIM OTTEHKOM C COOTBETCTBYHLUMM perb-
edoM, B MpocBETE COOTBETCTBYHOLLLEE COAEPKUMOE
B yMepeHHOM Komnu4yecTse. XKenyeBbIBoAsLLME My-
™ npoxogumbl. XKenyHbli My3blpb  pa3mMepoMm
7,0x2,0x1,7 CM, COOEPXUT >KUOKYHD TEMHO-
onuekoByto xenyb. lNMNeyeHb maccon 1500 r, nnoT-
HoBaTasi, CO Crierka 3akpyrfeHHbIM KpaeM; kancyna
rmagkasi, TkaHb KpacHoBaTo-kopuyHeBaTas. Cocy-
Obl MONMHOKPOBHbI. NogxenyaoyHasa xenesa nrot-
HO-3nacTu4yHasi, cnerka yesenvyeHa B o6bvéme. Ha
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pa3pe3e TkaHb 6enecasi, BONOKHUCTasi C Hanuumem
KMCTOBMAHBLIX nonocten pguametpom 0,2-1,0cm.
CeneséHka Maccon 85r ¢ apsibroBaTon Kancyrnowm,
Ha pa3pe3e cepoBaTO-BULLIHEBAsSI C YMEPEHHbLIM CO-
ckobom nynbnebl.

Mukpockonuyeckne M3MEHeHUst B OpraHax: B
cepoue — HepaBHOMEPHO BblpaXKeHHasi rMnepTpo-
u1a KapANOMUOLIMTOB, WUHTEPCTULMANbBHBIA OTEK,
nepuBackynsipHbld kKapguocknepos. NeyeHb ¢ pac-
LUMPEHHbIMK NopTarnbHbIMK TpakTamu. Lintonnasma
renaTouMTOB B COCTOSIHUM GenkoBow auctpodun, ¢
CY)XEHHbIMW >KEN4YHbIMK NPOTOKaMW, OTMevaeTcs
HebGonblwasa numdoungHas MHpUNbLTpaLMsS U auc-
TPOPUYECKNE U3MEHEHNS NOPTalbHBIX TPAKTOB.

. PN S—

3
g

Puc. 3. PacwupeHue Mex001bK0o8bIX U 8HYmMpuOO/bKO8bIX
POMOoKo6 ¢ HepasHoMepHOU ayuHapHol ampoguell mkaHu
nodxeny0o4HoU xenesbl.

Okpacka eeMamocKucuHoM-303uHom. Ye. x100.

MopxenynoyHasa xenesa ¢ NepuaykTanbHbIM 1
MexXaonbkoBbiM oubpo3oM u ckneposom. Hanuuune
MEIKUX KWUCT pasfnnyHoro pasmepa BcrieacTBue
pacLUMpeHNs MEXAONbKOBbIX U BHYTPUOOMNBKOBbIX
MPOTOKOB U aLMHYCOB, C HEPABHOMEPHOW auuHap-
Hon aTtpodhuen (puc. 3). Jlérkne — napeHxmma ner-
knx 6e3Bo3ayLlUHa, ¢ o4aramu amdgusembl. Paclum-
PEHHbIE anbBeOSbl HA BCEM MPOTSXKEHUM 3anornHe-
Hbl (PMBPUHO3HO-THOWMHBIM 3KCCYAATOM C MPUMECHIO
SPUTPOLINTOB CHYLLEHHbIX KNETOK anbBeONSPHOro
3MUTENUA, Pe3KOo MOMHOKPOBHbIE COCYAbl, pacluu-
PEeHHble OGPOHXM CO CNyLUEHHbIM BpPOHXManNbHbIM
aMUTENMEeM, anbBeosbl 3anofHeHbl (PUOPUHO3HO—
FHOMHbIM  3KccygatoM. B ycTbaAX  KMCTO3HO-
pacLUMPEHHbIX CAMN3UCTBIX BPOHXUAnbHbIX Xernes —
rHoMHble npobkn. B npoceBeTax OpPOHXO3KTa30B
GonblUOe KONMUYECTBO pacnajarolimxcs Nenkoum-
TOB, pMBpUH (puc. 4, 5). CTeHka LUNUHOPUYECKOTO
OpOHX03KTa3a C XPOHUYECKMM BOCMNANMUTENbHbIM
WHpUNbTpaToM C nponudpepaumen B CTEHKE C
pacLMpeHHbIM NPOCBETOM, 3amnofiHEHHbIM BOCMa-
NUTENbHBIM FTHOMHBLIM 3KCCYAATOM.

313



BICHHK BH3Y «YKkpaiHcbika mMeOuuHa Cmomamonoziuna axademisw

Puc. 4. PacwupeHHbie anbeeosibl Ha 8CeM NMPomsiXXeHuu 3aros-
HeHbl (huU6PUHO3HO-2HOUHBIM 3KCCYyOamoM C NMPUMEChIo 3pum-
pPOYUMOE, CIYWEHHBIX KITEMOK anbeeosIsiPHO20 3MuUmerus, pes-
KO MOSTHOKPOBHbIE COCYObl, paclupeHHbIe BPOHXU CO CITyUeH-
HbIM 6poHXxuansbHbIM anumesnuem. OKpacka 2eMamoCcKUC/IUHOM-

303uHom. Ys. x100.

Puc. 5. B ycmbsix KUCMO3HO-pacWUpPeHHbIX CIIU3UCMbIX 6POH-

XuarnbHbIX Xene3 — 2HoliHble MpobKu. B npoceemax 6pOHX03K-

ma3so8 6orbwoe Konudyecmeo pacnadarouuxcs nelikoyumos,
¢pubpuH. OKpacka 2eMamocKUC/TUHOM-303UHOM. ¥Y8. x100.

Ha oCHOBaHMM KIMHWYECKUX [OaHHbIX, MaKpo-
CKOMUYECKMX N MUKPOCKOMUYECKMX U3MEHEHWI Obin
copMynMpoBaH CreaywLlwmin  naTonoroaHaToMu-
Yeckuii gmarHos:

OcHosHoe 3aborniegaHue: Mykosucumaos. — E 84.8.

HenocpedcmeeHHas nipuduHa cmepmu: XpOHW-
yeckasi NeroyHo-cepaeyHas HeAOCTaTOHHOCTb.

OcHosHol namornozoaHamomu4yeckuli duazHo3:
MyKOBMCUMAO03: KUCTO3HbIA pnbpo3 nomxenynou-
HOW >xenes3bl, NOMUKUCTO3 NErkMx ¢ HarnmM4nem MHo-
)KECTBEHHbIX LUNNHAPUYECKMX BPOHXO3KTa30B.

OcroxHeHUsT: XPOHUYECKUIA THOMHBLIA BPOHXUT,
HarHomBlUMecs1 OpPOHX03KTa3bl, KpynHoo4aroBas
OBYCTOPOHHSIS1 (PUBPUHO3HO-THOMHAsS MHEBMOHMS;
MHOXECTBEHHbIE o4ark kopHedukauum nerkmx. Be-
HO3HOE MONTHOKPOBME W MNapeHXMMaTo3Has Auc-
Tpobms BHYTPEHHUX opraHoB. OTeK rOnoOBHOMO
Mmoa3ra.

Mo pybpukam CrnvyeHuss KINUHUYECKOro M naTo-
noroaHaToMMYecKoro AuarHo3oB MMero MeCTO WX
coBnageHue.

3aknoyeHune

Takum 06pa3om, HECMOTpst Ha OTHOCWUTENIbHO
HEBBLICOKW MNpPOLEHT 3aboneBaemMocT, MyKOBMC-
UMO03 NpedcTaBnsieT CepbesHylo  npobremy.
BONbLUMHCTBO AETEN C KIMHUYECKU BbIPaKEHHBIM
MpoLeccoM MornGatoT Ha MepBOM FOAY XWU3HW, a
BbDKMBLUME OCTalOTCA WHBanMaamuM M B Hallen
CTpaHe 4acTo He goxueatoT Ao 30 ner.
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Pedepar
BUMALOK MYKOBICLIOO3Y Y MPAKTULL NIKAPA-MATONOrOAHATOMA

Cakan I'.O., ToBaxHsiHCbka B.[0., TutoB €.B., Oonra O.B.

KntoyoBi cnoa: mykosicumaos, ¢ibpos nigwnyHKoBoi 3anosu, NonikicTos nereHb, KicTo3Huin ¢ibpos.

Mpobnema MyKOBiCLMAO3Y € aKkTyanbHOK i NOTpebye BMBYEHHS. Y CTaTTi HABOAMMO BWMAaZOK BMAcCHOro
ayTONCIHOMO CNOCTEPEXEHHS MYKOBICLMO03Y, O CTaBCcsa Y M. XapkiB. He3Baxatoun Ha BiGHOCHO HEBUCOKUI
BiJCOTOK 3aXBOPIOBAHOCTI, MYKOBICLMA03 NpeacTaBnge cepnosHy npobnemy. 70% MykoBicLMAO03Y BUSABNSA-
IOTbCS MPOTArOM MEPLUMX OBOX POKIB XUTTA AUTUHU. 3 BNPOBaZXEHHAM HEOHAaTarbHOIO CKPUHIHIY Yac BUSB-
NEHHs1 3HAYHO CKOPOTMBCS. 3 METOK paHHbOI AiarHOCTUKM MYKOBICLIMO03 BXOAMTb B Mporpamy 0O6CTeXeHHs
HOBOHAPOKEHUX Ha CNaAKOBI | BPOAXKEHI 3axXBOpPtOBaHHA. BinbLUiCTb AiTen 3 KNiHIYHO BUPaXXEHUM MPOLLECOM
MHYTb Ha NEPLUOMY POLi XUTTS, a Ti, O BUXKUMKM, 3anuULIaoTbCs iHBanigamMu i, B HaLWin KpaiHi, 4acTo He fo-
xuBatoTb 4o 30 pokiB.
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AKTyaAbHi Ipo6AeMH Cy4acHOI MeAHIIHHH

Summary
CASE OF CYSTIC FIBROSIS IN PRACTICE OF PATHOLOGIST
Sakal A.A., Tovazhnyanska V.D., Titov Ye.V., Dolga O.V.
Key words: cystic fibrosis, pancreatic fibrosis, cystic lung.

Cystic fibrosis is an urgent problem, which requires further investigation. The article presents a case of
cystic fibrosis in our autopsy practice that occurred in Kharkiv. Thus, despite relatively low percentage of the
disease, cystic fibrosis is a serious problem. 70% of cystic fibrosis is identified during the first two years of a
child's life. Implementation of neonatal screening the time in detecting this pathology is considerably re-
duced. In order to make its early diagnosis, it is recommended to include cystic fibrosis into the screening
program of newborns for hereditary and congenital diseases. Most children with clinically marked sympto-
matic process die in their first year of life, and the survivors are handicapped and in our country often do not
live up to 30 years.
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